This is a case report of a 30-kg, 9- year-old boy with Sanfilippo syndrome (type-A ,sulphamidase deficiency), who was found to have pseudocholinesterase deficiency following elective tonsillectomy and adenoidectomy for a moderate degree of respiratory obstruction. This consisted of mild stridor at rest with excessive salivation, and snoring at night. He was wheelchairbound due to a recent reduction in mobility. His sleep pattern had become disturbed, and he was treated judiciously with trimeprazine. On examination he had mild hepatosplenomegaly, but his cardiovascular system was normal. The case was further complicated by post-tonsillectomy haemorrhage. He had had no previous general anaesthetics.
He was premedicated with intramuscular papaveretum 8 mg and hyoscine 0.16 mg. Because of the history of respiratory obstruction, and his coarse facial features, suxamethonium was used as the initial muscle relaxant after first demonstrating the ability to hand ventilate after thiopentone induction. After suxamethonium 40 mg, a clear view of the glottis was obtained and the patient intubated without difficulty with a 6.5 mm RAE tube. Anaesthesia was continued with nitrous oxide, oxygen, controlled ventilation and supplementary halothane, while surgery Anaesthesia and Intensi"e Care, Vol. 17, No. I, Februar} ', 1989 proceeded uneventfully. Following the procedure, forty minutes after the administration of suxamethonium, there was no evidence of recovery of muscle function using a nerve stimulator. The patient was transferred to the Intensive Care Unit for ventilation and monitoring. He was extubated three and a half hours after administration of the suxamethonium. After six hours he was transferred to a general surgical ward, with no respiratory difficulty.
Twenty-four hours later he developed respiratory obstruction associated with tonsillar-bed bleeding. When reviewed by the anaesthetists, although mildly shocked, he was sitting forward with good colour and a coarse expiratory stridor, thought to be secondary to blood clot on the tonsillar bed, and excessive salivation. An intravenous infusion was commenced and soon after he was transferred to the theatre suite. After transfusion with 0.9% sodium chloride 300 ml and SPPS 100 ml, while being monitored with a precordial stethoscope and pulse oximetry, he was preoxygenated and an inhalational induction in the left lateral, head-down position was performed using increasing concentrations of halothane. The patient's vital signs remained stable throughout. He was intubated in the left lateral position with an uncuffed 6.0 mm RAE tube. The glottis was identified as bubbling through bloody saliva. He was then paralysed with alcuronium 8 mg and ventilated with nitrous oxide and oxygen. An orogastric tube was passed and 600 ml of blood-strained fluid was aspirated. A further 300 ml of SPPS was given, followed by 100 ml of whole blood. Haemostasis was achieved by the surgeon using diathermy, topical thrombin and suturing of the tonsillar beds. Muscle relaxation was reversed without difficulty with neostigmine 1.5 mg and atropine 0.6 mg, he was extubated on his side and then transferred to the recovery ward. He was monitored with pulse oximetry until awake and co-operative, and transferred to the ward after one hour. His preoperative haemoglobin concentration was 11.4 gldl and postoperatively was 10.8 gldl, following a total of one unit of whole blood. He was treated with intravenous fluids for three days because of reluctant feeding. During the recovery Anaesthesia and Intensive Care. Vol. 17. No. I. February. 1989 period he had a mild respiratory tract infection, which responded to physiotherapy and intravenous penicillin. He was discharged home after a further five days.
On investigation, he was found to have serum cholinesterase activity of 389 units/ litre, Dibucaine number 20 and Fluoride number 19, confirming the diagnosis of homozygous atypical pseudocholinesterase.
There was no family history as he had been adopted as a baby.
DISCUSSION
The anaesthetic implications of the mucopolysaccharidoses are well described. 1.5.7 There are many reasons why these patients may be apnoeic or may hypoventilate following anaesthesia: 1. upper airway obstruction (excessive secretions, macroglossia, prominent maxilla, hypertrophied lymphoid tissue, laryngeal narrowing, short neck. micrognathia); 2. atlantoaxial subluxation; 3. restrictive lung disease; 4. pneumonia; 5. hydrocephalus; 6. neurological degeneration; 7. muscle atrophy.
Pseudocholinesterase deficiency has not previously been reported as a cause of hypoventilation in patients with a mucopolysaccharidosis. These patients may also present difficulty to the anaesthetist in maintaining a patent airway, and so necessitate intubation, which in itself could be difficult. An inhalational induction, or as in the first anaesthetic given to this patient, a moditied intravenous induction to test the ability to ventilate before administering muscle relaxants, would be the techniques of choice. Suxamethonium may then be used to facilitate intubation. A survey at this hospital 7 of nine patients with mucopolysaccharidoses (total of twenty procedures) found that five required suxamethonium. None of these had evidence of pseudocholinesterase deficiency. In view of the airway difficulties posed by these patients, we consider that suxamethonium should be used to facilitate intubation.
The anaesthetic implications of a patient with post-tonsillectomy haemorrhage are well described. 9 The hypoxic, hypovolaemic patient with a full stomach is a potential disaster. The choices available at induction are an awake intubation, an inhalational technique, or a rapid sequence technique. Each technique has its advantages and disadvantages, with the final choice resting with the experience of the anaesthetist and the particular patient's characteristics. An inhalational induction in the left lateral, headdown position was chosen in that it minimised the degree of patient co-operation required, and avoided the need for suxamethonium and probability of a need for postoperative ventilation.
Case Report
A 34-kilogram, ten-year-old girl presented with a four-month history of progressively increasing wheeze associated with productive cough and limited exercise tolerance. The symptoms had been of abrupt onset and there was no previous history of asthma. She did not respond to comprehensive anti-asthmatic medications.
Examination revealed inspiratory and expiratory wheezing heard loudest over the upper anterior chest.
Flow volume curves demonstrated obstruction throughout the respiratory cycle
